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In 1872, Kaposi brought to notice an unusual and remarkable
affection of the skin which was characterized by the occurrence of
deeply pigmented infiltrated areas and small tumors situated generally
in the extremities and often followed after several years by visceral
metastases and death. Since then, many reports of cases have been
published similar in certain aspects to Kaposi's type but characterized,
on the whole, by wide variations from the original examples. In a
search through the literature few cases in children have been discovered,
and none of these are described in sufficient detail to invite comparison
with the case herein reported.
The child was examined by a number of physicians, none of whom
had seen a comparable condition in either a child or an adult. A variety
of opinions were advanced regarding the probable diagnosis, but it was
finally decided that it more nearly resembled the type described by
Kaposi than any other.
REPORT CF CASE
R. B., 5\m=1/2\years old, of Jewish parentage. Both mother and father were
healthy and were born in the United States. The child was referred from the
office of Dr. L. Emmett Holt Feb. 20, 1920, for admisión to the Babies' Hospital
and was under observation on his service for twenty-four days.
The patient was the third of three children ; the others were apparently-
normal in every respect. Prior to the onset of the present illness the child had
been healthy, well nourished and well developed. Seven weeks before admission
to the hospital the child could walk freely, but had gradually become so weak
that when seen in Dr. Holt's office he was only able to walk a few steps.
Previous History.—The father states that about seven months previously, a
purple spot about the size of a thumb nail appeared on the left cheek. This
grew very slowly, and at the end of three months it was about the size of a
silver quarter, the color remaining the same. Shortly afterward the whole right
cheek gradually became swollen and discolored. About six weeks after the
spot was first noted on the left cheek, the father noted the appearance of other
spots on the buttocks, hands, arms, legs, feet and body. He had observed that
these spots had been appearing and disappearing to date. It has been further
stated by the family that the swelling of the face had persisted since first observed
but that at times it had been more marked than it was at the time of admission
to the hospital. A few weeks after the onset of the disease epistaxis occurred
and on another occasion there was a slight hemorrhage from the bowels.
The child had been treated at another hospital three months previously and
while there received three transfusions. After the second transfusion the tem¬
perature rose to 106 F. and was accompanied by considerable swelling of the face.
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Physical Examination.—On examination the child was found to be moder¬
ately well nourished and well developed. The mucous membranes seemed
markedly anemic. Both cheeks were greatly swollen and hard and tense to the
touch. There was a symmetrical deep purplish discoloration of the face not
limited to the swollen cheeks but extending above to the lower lids and below
to the lower lip and chin (Fig. 1.) On the left side of the face there was a
marked induration extending from the cheek. It involved the cellular tissue
of the whole of the left side of the face, extending as high as the external
auditory meatus. This brawny area was also discolored, but the pigmentation
was less intense than over the cheeks. A similar condition existed on the right
side, but it was limited almost entirely to the right cheek with an isolated
Figure 1
patch in the middle of the supraorbital ridge. The lips were indurated and
pigmented, particularly the lower, the induration was so marked that the child
constantly kept the mouth partially open. The chin was discolored and indu¬
rated, but not to the same degree as the cheeks. There was a slight hemorrhage
in the subconjunctiva of the left eye.
There were a number of subcutaneous masses, not sharply outlined, over
the frontal region, and a few spots on the scalp about the size of a pea, all of
which were purplish in color. The chest presented some faintly discolored
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areas of a different character about the same size as those on the scalp, but
these were not indurated. There were also a few spots on the upper chest and
extensor surfaces of the arms and forearms which were apparently in the
fading stage. Over the thighs and buttocks there were some spots similar in
character to those on the chest and arms, one of which was indurated. The
tonsils were hypertrophied, and a few hemorrhagic foci were noted on the
tonsils and peritonsillar tissue.
All of the superficial lymph glands were slightly enlarged, but not tender
on pressure.
Figure 2
A marked systolic murmur limited to the cardiac region was heard. It was
evidently a hemic murmur. The apex beat was one-half inch inside the nipple
line, the pulse rate was 136 and of fairly good quality. The abdomen was
tympanitic with the distention mainly in the epigastrium. The lower border of
the liver was felt about one inch below the costal margin and the lower pole
of the spleen was one and one-half inches below the free border of the ribs.
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Laboratory Examination.—The urine was found normal on several examina¬
tions, the Wassermann test was negative, the von Pirquet was negative and the
guaiac test for occult blood in stools was negative on a number of occasions.
The blood culture was sterile. The blood picture showed 25 per cent, hemoglobin,
1,288,000 red blood cells, with marked variation in size and shape. One nucleated
red blood cell was present and a few irritation forms. The white blood cells
numbered 2,400, and the differential count showed : polymorphonuclears, 21
per cent. ; small lymphocytes, 52 per cent ; large lymphocytes, 24 per cent., and
eosinophils, 3 per cent. A number of blood examinations were made, each
showing a progressive decrease in the total number of red cells, the count falling
to 552,000 the day before death. The white count was not higher than 13.000
at any time, and at the last examination it was only 2,000. The coagulation
time of the blood was eight minutes. The child was transfused with 180 c c of
blood two weeks after admission, but no improvement was noted, beyond a
transitory increase in the number of red blood cells.
Dr. E. S. Thompson, who examined the eyes, found in both eyes pallor of the
optic nerves and depressed retinal circulation; vessels, small and pale; profuse
pigment stippling over both retina with the choroidal vessels showing here and
there. A low grade of retinal atrophy was present.
Clinical Course.—The child was under observation for twenty-four days
after admission to the hospital, and during this entire period a distressing
croupy cough was almost constantly present, which occasioned the child great
discomfort. The cough was at times brassy in character, simulating somewhat
the cough in adults caused by a large aortic aneurism. It was not influenced
by posture. It was thought that the cough was caused by enlarged mediastinal
glands.
During the period of observation, with the exception of the last few days,
the child seemed moderately comfortable, except for the cough, with occasional
attack of dyspnea and, at times, pain in the left side of the face.
The swelling of both cheeks became progressively more marked. The dis¬
colored areas on the face increased in extent, involving the ears and the fore¬
head, particularly the left side (Fig. 2). Here were large irregularly shaped
purplish areas with a considerable tendency to subcutaneous infiltration. Numer¬
ous new areas, averaging the size of a pea, appeared on the chest and extremities
and a patch the size of a nickel was noted on the scrotum. These small patches
on the body did not resemble the areas described on the face, their appearance
simulated the fading stage of the eruption frequently seen in cerebrospinal
fever. About two weeks after admission the left pupil dilated and remained so
until the child's death.
The most striking change in the child was the rapid increase in the size
of the cheeks (Fig. 2). The normal contour of the face was almost obliterated
by the two symmetrical tumor masses. These masses projected beyond the tip
of the nose. After a fortnight's stay in the hospital, the upper border of the
masses showed small areas of softening ; these softened areas did not increase
in size.
Fresh subconjunctival hemorrhages occurred in both eyes (Fig. 2). Both
upper eyelids became partially involved, and it was difficult, because of the
increasing thickening of the upper lids, for the child to keep his eyes open. At
the end of the third week, the child's condition began to grow suddenly worse,
he had epistaxis, and vomited large amounts of bright red blood. It was noted
about this time that many ulcerated areas in the mucous membrane of the
mouth were present and that the uvula had almost entirely sloughed away.
During most of the child's stay in the hospital, he had a constant but irregular
temperature, generally about 102 F. A few days before death, the temperature
rose to 103 F. and remained high until his death.
Death occurred twenty-four days after admission to the hospital, apparently
from anemia with a terminal bronchopneumonia. Neither a necropsy nor
removal of tissue sections was permitted.
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DISCUSSION
Brayton 1 states that up to 1903, of seventy-five cases of this disease
reported in the literature all but six were in males ; since that time
many cases have been reported, the majority of which were in Jews,
generally males. No reported cases have been noted which resembled
this case in all particulars, but almost all the conditions present in this
case have been noted in a composite of other cases. In Cole and
Crump's 2 case the lesions were symmetrical in distribution but began on
the lower extremities instead of on the face. It is possible, that some
earlier lesions on the lower extremities might have escaped notice in the
case reported here. In Fordyce's :i case epistaxis was present. He also
noted that the epidermis was glossy in places as if from overdistention
of the tumors. In his case there was a disposition for the tumor masses
to undergo softening, apparently similar in character to the breaking
down noted in this case.
All the cases described in Kaposi's 4 original monograph occurred in
persons over 40 years of age and all died of the disease, although in
some the condition ran a chronic course over a number of years. In
the second case there was enlargement of the lymph glands, which was
present in my case, but which has been mentioned by other authors as
being seldom present. In Kaposi's case there was involvement of the
lower lids and nose as well as of the extremities. He observed that
"eventually the same sarcomatous masses occur in the mucous mem¬
brane of the trachea, the esophagus, the stomach and the intestines,
particularly the large intestine." Epistaxis, brassy cough, hematemesis
and bloody stools, which were present in my case, are strongly sug¬
gestive of the presence of visceral metastasis.
In Boyet's 5 case the lesions were present on all four extremities.
In my case the lesions were also present on all four extremities but
only during the few days prior to death was there any tendency for the
lesions to spread to regions remote from the face. In many of the
reported cases the lesions began on the lower extremities, gradually
involved the upper extremities, then the trunk and finally the face,
exactly the reverse of the course in this case.
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Bernhardt ° comments on the fact that these cases are not all simi¬
lar. In one of his cases, as in my case, there was involvement of the
uvula and of the soft palate and some suggestion of involvement of the
hard palate. He quotes Hollaender 7 who demonstrated a case before
the Berlin Medical Society in which the hard palate, the tongue, the
eyelids and the cheeks were the site of the lesions.
In Gilchrist and Ketron's8 first case—the arms, face and ears
gradually became involved, although the first lesion noted was on the
outer side of the right leg. In their second case, as in my case, the
lesion was first noted on the face. In their conclusion they state "our
studies show that the lesions begin in the skin as angiomas, due to a
proliferation of the interstitial connective tissue and endothelium which
gradually obliterates the blood spaces, forming solid tumors. In the
early stages these resemble, in some areas, young connective tissue, in
other areas, sarcomata. From this beginning, then, as cutaneous angi¬
oma or la'er angiosarcoma, the disease spreads by métastases which
first appear in the neighborhood of the primary lesion and later become
widespread both in the skin and internal organs, leading, in many
cas2c, to death."
The course of the disease as noted in my case follows closely this
description, assuming, of course, that death was due, as indicated by the
clinical course, to widespread métastases in the internal organs.
This disease has infrequently been noted in children. In Kolmer's
case, reported by Fordyce, a girl, 8 years of age, several hundred tumors
were scattered over the extremities and trunk, which underwent invo¬
lution leaving behind pigmented scars. Involution of some of the
tumors has been observed by a number of authors, and involution of all
of the tumors in certain cases has been noted by many. In my case
there was no tendency toward involution.
In other case reports the disease progressed more slowly as age
advanced and seemed less severe in character.
Kaposi mentions the case of an 8 year old boy concerning whom
Bilbroth had consulted him. In this child the disease began with a
lesion on the leg, numerous other lesions developed, resulting in death.
Breakey ° observed that young persons may succumb to the disease
in the first or second year. He quotes Councilman, who called attention
to the fact that the path of the métastases in this disease is almost
always along the blood vessels.
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A commentary on the wide range of symptoms manifested in these
cases may be gathered from an observation of Brayton's regarding his
case in which the tumor masses were sensitive to pressure and their
growth was attended with pain. This symptom has rarely been noted
by other writers. In my case pain was present at times in the left side
of the face but the tumor masses were not sensitive to pressure.
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